Tetralogy of Fallot with absent pulmonary valve, supracardiac total anomalous pulmonary venous connection, and infradiaphragmatic systemic to pulmonary collateral artery A 2-year-old boy was referred for cyanosis and clinical heart failure. Transthoracic echocardiography showed Tetralogy of Fallot (TOF) with a large malalignment type ventricular septal defect (VSD) and features typical of absent pulmonary valve syndrome (APVS). There was severe pulmonary stenosis (Sten) (peak systolic gradient of 85 mmHg) with diastolic regurgitation, associated with aneurysmal dilatation of the pulmonary artery branches. There was also supracardiac total anomalous pulmonary venous connection (TAPVC) to a non-obstructed confluent pulmonary vein (CPV) leading to the right atrium (RA) at the junction of superior vena cava (SVC) and a secundum atrial septal defect (ASD). A tubular structure was visualized between the abdominal aorta and the inferior vena cava, with continuous highvelocity systolo-diastolic flow. Cardiac magnetic resonance imaging confirmed all these anomalies and showed that this structure was an aorto-pulmonary collateral artery (APCA) originating from the abdominal aorta and vascularizing a pulmonary sequestration. Percutaneous embolization of the infradiaphragmatic APCA was done using a vascular plug followed by surgical transatrial patent foramen ovale enlargement, redirection of the TAPVC to the left atrium using a pericardial patch, VSD patch closure, and right ventricular outflow tract reconstruction using a valved conduit.
Post-operatively, the patient presented transient junctional ectopic tachycardia and low cardiac output syndrome in the setting of a respiratory syncytial virus infection, treated successfully.
Absent pulmonary valve syndrome is a relatively rare variant of TOF and has been reported in only four patients in association with TAPVC. The association of TOF/APVS with TAPVC and APCA has never been previously reported to our knowledge. Ischaemic mitral regurgitation
